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True hermaphroditism, a very rare cause of intersex, is usually diagnosed during the newborn period in the course of evaluating ambiguous genitalia. 1 In true hermaphroditism, both ovarian and testicular tissues are present in one or both gonads. Differentiation of the internal and external genitalia is highly variable. The external genitalia may resemble those of a male or female but, most often, they are ambiguous. 2, 3 We should like to report the case of a 16year-old patient who first presented with cryptorchidism and a uterus. Her psychosocial role in society was female, but she had a penis, secondary male sex characteristics (left inguinal undescended testicle and a right testicle in the scrotum) and a 47, XXY karyotype. She also had female genital organs (vagina, fallopian tubes, uterus and ovary), found on physical and ultrasonic examination, though had not started menses.
In early September 2007 she underwent an operation to excise her penis and testicles ( Fig. 1 ). Levels of sex hormones measured in early August 2007 before the operation were: luteinizing hormone (LH) 11.90 IU/l; follicle stimulating hormone (FSH) 61.83 IU/l; progesterone (P) 2.74 nmol/l; oestradiol (E2) True hermaphroditism 116 pmol/l; and total testosterone (TTE) 10.11 nmol/l. Her sex hormones immediately after the operation were: LH 26.71 IU/l; FSH 84.65 IU/l; P 2.45 nmol/l; E2 77 pmol/l; and TTE 1.81 mmol/l. In mid-November 2007, approximately 2 months after the operation, she had her first menses, which lasted 4 days. The levels of sex hormones at the end of November 2007 were: LH 12.4 IU/l; FSH 49.13 IU/l; P 1.47 nmol/l; E2 19.0 pmol/l; and TTE 0.99 mmol/l.
True hermaphroditism is phenotypically and genetically a heterogeneous condition. Gonadal tissue may be located at any level along the route of embryonic testicular descent. 4 In true hermaphroditism, the degree of virilization of the external genitalia depends on the capacity of the testicular tissue to secrete testosterone, and the presence or absence of a uterus and Fallopian tubes. Less than 10% of cases have normal male external genitalia. Most true hermaphrodites have ambiguous genitalia and are diagnosed in the first few months to years of life. 5 The majority of patients are reared as males. The present case had both male and female external and internal genitalia, and a 47, XXY karyotype. The operation allowed the patient to fulfill her psychosocial role in society and satisfied her parents and herself.
